SUMMARY Three Japanese families with moya-moya disease in six patients are presented. These six patients were among 49 cases of confirmed moya-moya disease in our experience, and the familial incidence was more than 12%. A relatively high familial incidence (7%) was found in the total Japanese scries emphasising the important hereditary components in the pathogenesis of the disease. (Fig. 2 ) and WISC were essentially the same as in the previous studies.
frequency gradually decreased to only occasional and transient experience of a sense of numbness in the left upper limb. The result of the Wechsler Intelligence Scale for Child (WISC) was verbal IQ 134, performance IQ 124, and total IQ 133. In August 1977, computed tomography (CAT), brain scintigraphy, and EEG were all within normal limits; repeated carotid angiogram (Fig. 2) and WISC were essentially the same as in the previous studies.
Case 1.2 This 11 year old girl was the younger sister of case 1.1. The onset of illness was similar to that of her elder sister. The episodes of weakness in the right upper limb began in October 1974 while she was eating hot noodles. Symptoms subsided in a minute. After 1975, for a period of two years, episodes occurred once or twice a year. Investigation was undertaken in June 1977. The CAT and brain scintigraphy were within normal limits. An EEG showed frequent appearance of theta waves in the right centroparietal area and marked build-up of slow activity with right side dominance during and after hyperventilation. Carotid angiography revealed type 1 moya-moya disease (Fig. 3 carotid angiography showed no evidence of cerebral blood supply from muscle branches of the external carotid system. On 17 March 1978, repeated follow-up angiography disclosed several small feeding vessels supplying blood to the cerebral cortex from the temporalis muscle branches (Fig. 6) 12%. S0gaard and Jorgensen (1975) and Narumi et al. (1976) independently reported three siblings with confirmed moya-moya disease in one family. This disease has also occurred in single ovum twins (Yamada et al., 1978) . Suwa et al. (1965) reported two affected brothers in a family and there was an abnormal sex chromosome (long Y) in one of them and in their father who was asymptomatic with no sign suggesting the presence of moya-moya disease. Nakano et al. (1975) conducted an immunological study of the leucocyte migration inhibition test in a pair of brothers with confirmed moya-moya disease and in their father with suspected disease and in two other moyamoya disease patients. They suggested the presence of a specific type of human leucocyte antigen in these five patients. Considering the high familial incidence and the presence of positive evidence of heredoimmunology, genetic components seem to be strongly suggested in this clinical entity.
There have been only scanty reports on treatment. Karasawa et al. (1 977a) performed anastomosis between the superficial temporal artery and the middle cerebral artery and/or covered the temporal lobe by the temporalis muscle expecting encephalo-myo-synangiose (Henschen, 1950) on 10 patients in 1977, and the results were quite satisfactory with clinical improvement in nine of them. Krayenbuhl (1975) and Amine et al. (1977) independently reported a case of moya-moya disease who was treated by anastomosis of the superficial temporal artery to the middle cerebral artery, with clinical and angiographic improvement. In our own series, one case was treated by surgical encephalo-myo-synangiose, and the result was also satisfactory. 
